In view of the diagnosis, the unusual movement of the finger may be a form of fasciculation. However, fasciculation has a rate of less than 10/second, it does not produce gross movements, and it should be present at rest and not only with voluntary movement. Alternatively, this child's symptom may be comparable to the 'fasciculation tremor' described by Denny-Brown & Pennybacker (1938) . Fasciculation of the tongue or other muscles is usually thought to indicate a progressive lesion; but the clinical course in this child has been one of improvement. I think this child's pattern of disease conforms to a clinical entity of nonprogressive neurogenic muscular atrophy, of which I have seen 12 cases (Dubowitz 1963) . It starts in the first year of life with generalized muscle weakness, but shows no deterioration during childhood, adolescence or, probably, later.
Supravalvar Aortic Stenosis Associated with Mental and Physical Retardation and a Characteristic Facies D A J Williamson MD MRCP D A, male, born 21.9.59 History: Seventh of nine children. Born at term, weight 4 lb 13 oz. Admitted to hospital at 3 months with bronchopneumonia and retained there for fifteen months on account of initial feeding difficulty and poor home conditions. Loud systolic murmur noted. Gained weight slowly but steadily. No vomiting or constipation.
At 2 years loud basal systolic murmur with carotid thrill present. Some enlargement of liver and spleen. Somewhat retarded mentally. Cardiological investigations at 31 years (Dr Alan Johnson): ECG: left ventricular hypertrophy (QRS+450). Right heart catheterization: pulmonary artery pressure 40/12. Right-sided angiocardiogram showed some stenosis with poststenotic dilatation of left basal and lingular branches of pulmonary artery. Left heart catheterization: ascending aorta pressure 80/40, supravalvar zone 160/40, left ventricle 160/0 mmHg. Angiography showed hypoplasia of aorta throughout its length. Supravalvar stenosis.
Chest X-ray: cardiac pedicle narrow. Serum calcium 10-6 mg/100 ml. Present state: Weight 28' lb, height 351 in., skull circumference 191 in. Facies: rather broad forehead, widely placed eyes, baggy cheeks, large mouth with patulous lips, chin pointed and receding (Fig 1) . Enlarged (Fanconi et al. 1952 ). The two groups bear an undoubted facial resemblance to one another and both have in common the low birth weight, failure to thrive, mental retardation and a systolic murmur. It is perhaps significant that in the present case there is not only supravalvar stenosis but also general hypoplasia of the aorta, narrowing of the retinal arteries, stenosis of some branches of the pulmonary artery and an abnormality of the superficial veins of the head and neck. This would suggest a generalized vascular or perhaps even a connective tissue disorder in some ways analogous to Marfan's syndrome. It is interesting to speculate whether the hypercalcxmic syndrome might be based on a similar hypothesis.
Leucine-sensitive Hypoglycamia C Harmer MB and L Sinclair MRCP DCH (for H M T Coles MD MRCP) K C, male, aged 18 months Perinatal history uncertain. At 3 months began having convulsions two or three times daily. Each lasted four or five minutes, usually with fixed smile on face, staring of eyes and clonic movements of limbs. Pupillary dilatation and excessive perspiration observed on some occasions. Admitted to Queen Mary's Hospital, Carshalton, at 5 months; attacks observed to occur just preceding and just after meals. Treatment with methylprednisolone 5 mg b.d. commenced in November 1962, reduced to 2 mg b.d. after two months. No convulsions occurred while the child was on steroid therapy but these recurred when steroids were temporarily discontinued in June 1963.
Investigations
Glucose tolerance test: Fasting level of blood sugar 55 mg/100 ml. At 30, 60, 90 and 210 minutes after 10 g glucose, the levels were 120, 70, 55 and 50 mg/100 ml respectively.
Oral L-leucine tolerance test (Fig 1) : There was a significant fall of blood sugar after oral administration of leucine associated with excessive rise of plasma insulin and fall in plasma inorganic phosphate.
Intravenous leucine tolerance tests: L-leucine 75 mg/kg was given intravenously (these tests were performed while the patient was having methylprednisolone 2 mg b. Tolbutamide tolerance test: Fasting blood sugar 75 mg/100 ml. At 15, 30, 45 and 75 minutes after 30 mg/kg tolbutamide i.v., the blood sugar levels were 60, 60, 43 and 47 mg/100 ml respectively.
Discussion
There are three points of interest about the investigations of this case:
(1) We have confirmed the observations of Grumbach & Kaplan (1960) that the ingestion or the injection of L-leucine is associated with an excessive rise of plasma insulin which is released, presumably, from the pancreas. The normal tolbutamide tolerance test (Fajans & Conn 1959) revealed differential sensitivity of the islet tissue
